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Figure 5-1 Synthesis of Tetrahydrobiopterin and Metabolism of Aromatic Amino Acids (correct diagram below)
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After 10 years of age, plasma PHE concentrations could be increased to > 600 umol/L and at 20 years to > 1200 umol/L.
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The disorders for which nutrition management are outlined in this chapter are MSUD, isovaleric acidemia (IVA), β-methylcrotonyl-CoA carboxylase deficiency (βMCC), β-hydroxy-β-methylglutaryl-CoA (HMG-CoA) lyase deficiency, and mitochondrial acetoacetyl-CoA thiolase deficiency, commonly known as β-ketothiolase (βKT) deficiency. 
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Increased concentrations of 3-hydroxyisovaleric acid and β-methylcrotonylglycine are found in urine with the absence of methylcitrate, and α-methyl-β-hydroxybutyrate is found in combined carboxylase deficiency.
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CYS is used as an abbreviation for both cystine and cysteine since interconversion in the body is nonenzymatic. 
Odd Chain Fatty Acids
Propionylcarnitine † Glutaryl-CoA Glutarylcarnitine + CoA
TCA Cycle
Electron Transport Chain Kolker et al. 153 recommended energy intakes at approximately 120% DRIs.
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Deficient trace mineral and vitamin intakes and plasma concentrations have been reported in children consuming elemental formulas.
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Researchers have reported nearnormal development in many patients treated neonatally. 158, 163, 173 Page 350 Proprietary infant formulas made with soy protein isolate contain fat and essential fatty acids (see Appendix F).
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Examples of an emergency letter can be found on the FAOD parent support website at http://www.fodsupport.org.
Page 396
For VLCAD, a sum of the long-chain C14:0, C14:1, C16:0, C16:1, C18:0, C18:1, and C18:2 plasma acylcarnitine esters can be calculated.
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Figure 11.1Inherited Metabolic Disorders in the Urea Cycle and Nutrition Approaches to Their Management (correct diagram below)
